Marfan's syndrome is a rare hereditary disorder characterized by skeletal, cardiovascular and ocular abnormalities. Pulmonary abnormalities occur in approximately 10%. of patients, the commonest being spontaneous pneumothorax and emphysema. A patient is described who had Marfan's syndrome and bronchiectasis, an association only described on 2 previous occasions in the literature.
Summary
Marfan's syndrome is a rare hereditary disorder characterized by skeletal, cardiovascular and ocular abnormalities. Pulmonary abnormalities occur in approximately 10%. of patients, the commonest being spontaneous pneumothorax and emphysema. A patient is described who had Marfan's syndrome and bronchiectasis, an association only described on 2 previous occasions in the literature.
A 39-year-old factory worker presented with a history of persistent cough and purulent sputum since childhood. He was a non-smoker with no relevant family history. He had marked clubbing of fingers and toes. Examination of the chest revealed bilateral basal crepitations.
Chest radiography demonstrated extensive cystic bronchiectasis of the left lower lobe. This was confirmed by bilateral bronchography (Fig. 1) which also showed minor changes on the right side.
The patient was tall and thin with a depressed sternum and high arched plate. Examination of the cardiovascular systems was normal whilst ECG showed right axis deviation. Ophthalmoscopy showed no ectopia lentis.
Metacarpal index of 9 2 was in the range for Marfan's syndrome (Fig. 2) syndrome complicated by spontaneous pneumothorax and bilateral cystic bronchiectasis. He suggested that these were separate pulmonary manifestations of the syndrome since pneumothorax is seldom reported as complicating bronchiectasis. In a review of pulmonary disease in Marfan's syndrome, Turner and Stanley (1976) postulated that the occurrence of pneumothorax and emphysema was related to weakness in the pulmonary connective tissue framework.
Although it is difficult to exclude coincidental bronchiectasis in a patient with Marfan's syndrome, it appears likely that bronchiectasis represents an additional pulmonary complication of the syndrome.
Bronchiectasis has been described in a number of other congenital abnormalities, the most well known being Kartagener's syndrome of bronchiectasis, dextrocardia and sinusitis or absent frontal sinuses. Other rare associations include congenital absence of bronchial cartilage, congenital heart disease and congenital kyphoscoliosis. 
